Electron microscopical study of a biopsied specimen of myocardium from a patient with the KugelbergWelander syndrome revealed myocardial degeneration, including preferential loss of myosin filaments and abnormalities in the Z bands. Leptomeric fibrils were also observed in the cardiac muscle cell; there does not appear to be a previous report of thefinding of such fibrils in human myocardium.
It has been reported that the heart can be involved waddling. The ankle jerks were slightly accentuated in the Kugelberg-Welander (K-W) syndrome bilaterally. (Matsumoto et al., 1971; Sterz et al., 1971; Sugi- Other deep tendon reflexes were not elicited. The mura et al., 1973), a spinal muscular atrophy des-sensory examination was normal. The electrocribed by Wohlfart et al. (1955) , and Kugelberg myogram showed a neurogenic patter. Muscle and Welander (1956) . Recently, we reported 2 cases biopsy revealed mixed neurogenic and myogenic of this syndrome with cardiomyopathy and re-muscular atrophy. The nerve conduction velocity viewed the published reports (Tanaka et al., 1976) . was normal. Blood picture, urinalysis, and To our knowledge, there has not been any report blood chemistry were all within normal range. The of the fine structural changes of the myocardium in chest x-ray film showed no cardiomegaly. The specimen showed normal structure. No incidence of these myocytes was about 1 or 2 out of significant changes were observed in myocardial 50 myocytes. An additional finding was the presence cells, the interstitial tissues, or in the endocardium. of leptomeric fibrils, which consisted of dense bands and fine filaments that were attached perpendicu-(B) ELECTRON MICROSCOPICAL EXAMINATION larly to each band and had a regular periodicity of Degenerated myocytes were occasionally found about 220 mF (Fig. 2) . The leptomeric fibrils were among apparently normal myocytes. The degene-seen in myocytes which showed degenerative rated myocytes contained many fine filaments, changes, including degeneration of the mitochondria accumulations of Z-band-like material, a few ab-and irregularity of the Z bands. normal mitochondria and some vesicles. The Zband-like material was present in irregular bands or Discussion in cylindrical masses. A great many fine filaments were packed within the cytoplasm. Some of them Seven cases of the K-W syndrome with cardiowere attached to the Z-band-like material almost myopathy have been reported. Histological studies perpendicularly. Thick filaments were very few or of myocardium in this syndrome were reported in completely lost in these cells (Fig. 1) paroxysmal atrial tachycardia. Fibrosis of the right degenerative neuromyopathic diseases. We con atrium was shown by endomyocardial biopsy. sidered the preferential loss of myosin filaments Using light microscopy we noted slight interstitial found in this patient to be a degenerative change fibrosis in the myocardium from another patient, a because other degenerative changes, including 26-year-old man with K-W syndrome and cardiac mitochondrial and Z band alterations, were also changes (Tanaka et al., 1976) . The present study, the present in the myocytes. first report on electron microscopical findings of the Another finding seen in this patient was the myocardium in K-W syndrome, has revealed pre-presence of leptomeric fibrils. Leptomeric fibrils ferential loss of myosin filaments in some degene-were discovered by Ruska and Edwards (1957) (Dusek et al., 1971) , in the crista myocardium of KK and yellow KK mice which supraventricularis in patients with congenital heart were found to have myocardial degeneration disease (Jones et al., 1975) , and in the left ventricle in (Nishi et al.) . The function of the leptomeric fibrils patients who had received daunorubicin therapy is still controversial. The relation between the pre- (Buja et al., 1973; Buja and Ferrans, 1975) . How-ferential loss of myosin filaments and the occurrence ever, this finding has not previously been reported of leptomeric fibrils in our patient remains to be in the myocardium of patients with heredofamilial-clarified.
